728 Geirsson, Sturfelt, Truedsson (12.5%). Gangrene of extremities was seen in six patients (37-5%) ( Table 2) . Gastrointestinal involvement occurred in six patients (37.5%), three of whom had painful bleeding gastric ulcers. One patient had pyloric ulcer with a biopsy showing vasculitis. Another patient with perforated prepyloric ulcer had a rectal biopsy showing vasculitis. One patient with bowel perforation and peritonitis died having refused surgical treatment, and the relatives declined postmortem examination ( Table 2) .
Cardiac involvement during vasculitic flare was seen in five patients, of whom four had perimyocarditis, two congestive heart failure, and one myocardial infarction. Pulmonary involvement was seen in four patients with pleuritis ( Table 2) . Two of the controls had previously had pleuritis, one pernmyocarditis, and one of the controls had pulmonary fibrosis.
Two patients had scleritis. Cerebral symptoms occurred in three patients, of whom one had syncopal attacks, one had epileptiform convulsions, and the third had transient ischaemic attacks with dysarthria. No patient had clinical renal involvement, though one had intermittent microscopic haematuria without other evidence of kidney disease; this patient's glomerular filtration rate was normal and he had no proteinuria; kidney biopsy Nine of the 16 patients had symptoms of cardiovascular 'disease before the development of vasculitis. Five of these nine patients had congestive heart failure, four had angina pectoris, three myocardial infarction, and three atrial fibrillation. Three patients within this group also had diabetes mellitus. In contrast, only three of the controls had evidence of cardiovascular disease at inclusion in the study, a difference that was significant (p<005). Of The patients in the vasculitis group who died, however, had, at onset of vasculitic symptoms, significantly higher serum levels of IgM RF (p<0-05) and IgG RF than had those who achieved remission (p<0-05).
The patients with RA vasculitis had at onset of clinical symptoms significantly lower serum concentrations of C3 (p<0002) and C4 (p<0.02) than had the RA controls. Although Clq and factor B levels were normal in both groups, increased concentrations of C3d/dg fragments were found in all patients, without significant difference with regard to the presence of vasculitis. Circulating immune complexes were significantly higher in the vasculitis group than in the control patients, measured both by ClqBA (p<0-002) and ClqSP (p<0.05) ( Table 3 ).
In the vasculitis group an inverse correlation was found between C4 and complement activating RF (r=-0-579, p<005), and also between C4 and CIC measured by ClqBA (r=-0*508, p<005). A significant correlation was found between concentrations of C3d/dg and immune complexes measured by ClqBA (r=0.677, p<0-02) and by ClqSP (r=0-581, p<O0O5).
The serum concentrations of CRP were significantly higher in the vasculitis group than among controls (p<005) ( Table 3) . The difference was not explained by more active joint symptoms among patients with vasculitis.
ANA titres were increased in both groups (Table 3) .
The relation between course of disease and laboratory findings is illustrated by the course of two patients who went into remission with treatment (Figs 1 and 2) . Both patients had polyneuropathy and mononeuritis multiplex, and one of them had gangrene and skin ulcers as well. Treatment resulted in the disappearance of these symptoms and concomitant decrease in the titres of rheumatoid factors and circulating immune complexes and rise in complement levels.
Discussion
Severe rheumatoid vasculitis is a rare disorder probably occurring in less than 1% of patients with rheumatoid arthritis. In the present study the prevalence of extra-articular manifestations other than vasculitis was similar among patients with vasculitis and RA controls.
Two of the RA controls but none of the patients with vasculitis had secondary amyloidosis.
The high mortality rate in severe vasculitis found in the present study is in accordance with previous reports.20 [22] [23] [24] [25] 
